This family was brought to our attention while reviewing the family history of the proband (V-4), an 11-year-old girl with chondroblastic osteosarcoma of the left tibia, receiving therapy at our centre. Fifty per cent of the family members descended from 1-2 were affected by cancer. Three out of four tumours in generation IV and V were characterised by rare histological types: only 25% of osteosarcomas are chondroblastic; 10% of adult gliomas are oligodendrogliomas, with few of these occurring outside the ventricles or frontal lobes; and less than 10% of primitive neuroectodermal tumours occur in midline structures. The aggregation of such rare tumours within a nuclear family supports Li and Fraumeni's hypothesis that cancer incidence in these families is not due to chance alone. This is the first report of this syndrome in a Mediterranean family.
Cancer family syndromes are the object of growing scientific interest because they offer a unique opportunity to study the genetic mechanisms behind neoplastic growth. The chromosomal localisation of the germline mutation responsible for this syndrome might be identified by genetic linkage studies in these families. 
